Introduction {#sec1-1}
============

Neurofibromas (NFs) of the mandible are rare, around 50 cases have been reported in the literature.^[@ref1]^ World Health Organization defines NF as a benign tumor of the peripheral nerve sheath phenotype with mixed cellular components, including schwann cells, perineural hybrid cells and intraneural fibroblasts.^[@ref2]^ NFs can occur as a single or multiple lesions associated with neurofibromatosis type 1, which is a systemic condition caused by a germline mutation in the NF1 gene, a tumor suppressor gene located at 17q11.2.^[@ref2]^ The term *solitary NF of the oral cavity* was first described by Bruce in 1954, few cases have been reported since.^[@ref3]^ When solitary NFs occur in the mandible there is a predilection for females (the female-to-male ratio is 2:1) and they are most frequently localized in the posterior part of the mandible.^[@ref4]^ The average age is 27.5 years old (range 14-45).^[@ref5]^

Case Report {#sec1-2}
===========

A 37-year-old female patient presented to the Division of Plastic and Reconstructive Surgery at the Lebanese Hospital Geitaoui, with a history of right sided facial pain in the mandibular area, of 1 year duration, increasing in intensity, associated with right sided lower lip paresthesia. There was a familial history of neurofibromatosis from the paternal side and a personal history of multiple NFs of the head, neck, brain, spinal cord and limbs. The patient underwent two craniotomies to remove intracranial lesions (pathology report: gliomas). She also had to remove up to fifteen subcutaneous lesions from the scalp, back, hand and breast with a pathology showing NFs.

On physical examination, no *café-aulait* spots were noted. On panoramic Xrays a homogeneous oval radiolucency was noted in the right posterior side of the mandible, involving the mandibular canal with no resorption of the dental roots. A computed tomography (CT) scan showed a right mandibular cystic mass in the body of the mandible (below teeth 45-46-47; [Figure 1](#fig001){ref-type="fig"}).

Surgery was done as following: An incision in the right lower vestibular sulcus was done with dissection in the subperiostial plane facing the lesion, reaching the mandibular angle. Drilling of the external cortex followed, with identification of the lesion: a semi solid mass, oval shaped (2.5×1×1 cm; [Figure 2](#fig002){ref-type="fig"}).

![Right posterior mandibular radiolucency suggesting a cystic mass.](cp-9-4-1143-g001){#fig001}

![A) Intraoperative dissection showing oval cystic mass after drilling of the mandibular cortex. B) Intraoperative excision of the mandibular intraosseous mass.](cp-9-4-1143-g002){#fig002}

The inferior alveolar nerve was found to be involved within the lesion, therefore it could not be salvaged and was excised simultaneously. The lesion was resected *en bloc* with the nerve. A plate with 4 screws was used to prevent any possible fracture of the mandible ([Figure 3](#fig003){ref-type="fig"}).

Pathology results confirmed the diagnosis of a NF ([Figure 4](#fig004){ref-type="fig"}).

![A) Intraoperative insertion of a plate with 4 screws (after removal of the cystic mass) to prevent any possible fracture of the mandible. B) Postoperative X-ray.](cp-9-4-1143-g003){#fig003}

![Hematoxylin-Eosin stain of the tumor. A) Magnification 4×. B) Magnification 40× showing spindle shaped cells with wavy nuclei and collagen fibers with a myxoid](cp-9-4-1143-g004){#fig004}

![Coronal computed tomography scan 18 months after the operation showing no local recurrence.](cp-9-4-1143-g005){#fig005}

Discussion {#sec1-3}
==========

Approximately 25% of the NFs occur in the head and neck region, while 5,6% of them occur in the oral cavity.^[@ref6]^

As a rule, macroscopically, tumors are not encapsulated and have a softer consistency though the presentation may vary from case to case.^[@ref7],[@ref8]^ Microscopically, NFs contain all the components of a peripheral nerve, with a predominance of schwann cells, that can be detected as small round to spindle shaped cells with wavy nuclei showing a serpentine configuration and pointed ends. Collagen fibers are seen in the stroma arranged in a characteristic *shredded carrot pattern.*^[@ref7]^

Differential diagnosis of NFs include other spindle cell lesions like schwannoma, traumatic neuroma, desmoplastic melanotic melanoma, benign fibrous histiocytoma, spindle carcinoma and amelanotic melanoma.^[@ref2]^

In their review of 66 cases of NFs, Polak *et al.* revealed the following distribution in the head and neck region:^[@ref9]^ mandibular ridge/vestibule (22.7%), tongue (18.18%), palate (18.18%), buccal mucosa (15.15%), maxillary ridge/vestibule (13.6%), lip (6%), mandibular/intrabony (3%), gingiva (1.5%), floor of mouth (1.5%). Our patient had a rare form of intrabony mandibular NF with very few cases reported worldwide.

In its early stage, the mandibular NF is asymptomatic but as it increases in size, it may cause bone destruction along with pain and numbness of the lower lip.^[@ref10]^ According to Che *et al*.,^[@ref11]^ a higher number of NFs can be observed in the posterior part of the mandible.^[@ref2]^ Larsson *et al*. reported symptoms like pain, swelling and osteolysis,^[@ref12]^ while Gujjar *et al.* reported a chief complaint of swelling of the left lower hemiface in a 27-year-old female with a solitary intraosseous NF of the mandible.^[@ref2]^ Another 62-year-old edentulous female patient presented with facial asymmetry.^[@ref1]^ In our case the patient had intermittent facial pain with lip and chin paresthesia due to involvement of the inferior alveolar nerve.

Surgical removal is the treatment of choice for solitary NF.^[@ref1]^ Radical surgery consisting of hemimandibulectomy or *en bloc* resection of the mandible is often used as a treatment for intraosseous NF.^[@ref4]^ Ueda *et al*. reported a case of solitary intraosseous NF of the mandible with segmental mandibulectomy as a surgical treatment.^[@ref13]^ Concerning our patient, we chose to do an excision of the mass with preservation of the healthy bone, with fixation using a plate and four screws in order to prevent any possible fracture of the fragilized mandible.

Local recurrence of NFs is rare and may be due to the incomplete surgical removal of the tumor attributed to the initial absence of the capsule,^[@ref1],[@ref8]^ making complete surgical removal difficult. In our case, a clinical and radiological follow up were performed at 18 months post operatively: CT scan of the mandible showed no signs of recurrence ([Figure 5](#fig005){ref-type="fig"}). The patient complained of residual right lower lip paresthesia due to the resection of the right inferior alveolar nerve.

Conclusions {#sec1-4}
===========

Although NFs are rare, their treatment can be challenging. Patients should be followed post operatively in order to detect recurrences that may be due to a lack of complete initial surgical excision.
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